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(CJD)?" Notification programs for recipients of blood contaminated with hepati- secon. dmeI; tto Albe rta Health
tis C virus or HIV are widely acknowledged, by both health care professionals and the Canadian Blood
and the public, as beneficial. These programs, called “look-backs,” allow individ-
ual recipients and their sexual or other close contacts, who might otherwise re-
main unaware of their possible infection, the opportunity to access counselling,
therapeutic interventions, and additional medical and social support services.
What is so different about CJD, an often misspelled clinical entity that many
physicians might only vaguely recall from their student lectures on neuropathology?
First, CJD is rare. The incidence of CJD in Canada and other developed
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long period, even after the widespread introduction of blood transfusion and

use of albumin.”* Most medical practitioners will never see a patient with CJD % See related articles pages 771
in their lifetime. and 829

Second, there is no direct evidence of CJD transmission through blood
transfusion. Readers of CMAY have been well-served by several excellent arti-
cles on the transmissible spongiform encephalopathies, which include CJD,
“mad cow disease” in Europe and its recently recognized human counterpart,
new variant CJD (nvCJD).>*” There is conclusive evidence that many infectious
agents — bacteria, protozoa and viruses — can be transmitted from human to
human through transfusion of cellular blood components, plasma and fraction-
ated blood products.® However, reviews of the world’s scientific literature have
provided no direct evidence that CJD or nvCJD, caused by prions, has been
transmitted through the blood supply. The risk, at present, is appropriately re-
garded as theoretical, although debate continues."”*"* There is no question that
the emergence of nvCJD in the United Kingdom, first reported in 1996, has
turned up the heat on this debate. The infectious agent associated with nvCJD
has crossed species barriers, has been recovered from human tonsillar tissue and
has tropism for B lymphocytes. But nvCJD has not been detected in Canada or
the United States, and the prion associated with CJD does not have the more
ominous biological characteristics of nvC]D.

If the risk of CJD being transmitted through blood is only theoretical, why are
clinicians, bioethicists, lawyers and government regulatory authorities actively en-
gaged in debate focusing on CJD and the blood system? The Krever inquiry is hav-
ing a continuing impact not only on the Canadian blood system but also on many
other aspects of clinical practice.”" Perhaps most problematic is the question of
whether to notify individual recipients of blood products fractionated from plasma
pools involving a donor later diagnosed with CJD. If recipients are to be notified,
how is the notification best carried out and by whom? Can harm result from notifi-
cation? In considering these questions it should be kept in mind that decisions
about many of the issues discussed in this editorial were first made shortly after a
massive withdrawal of blood products in Canada in the summer of 1995, before the
recognition of nvCJD in the United Kingdom added further uncertainty.>*¢

In Canada regulatory measures regarding CJD are in place to protect recipi-
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ents of blood and blood products. If a person with CJD or
at risk for CJD is found to have donated blood, con-
signees (hospitals and public health clinics) of the blood
products involved are alerted to withdraw and quarantine
any remaining stored product.”

It is interesting to note that the US recently revised
its policy on the withdrawal of plasma derivatives associ-
ated with CJD. The Surgeon General announced in Au-
gust 1998 that the US will discontinue withdrawals in sit-
uations where a donor has been diagnosed with, or has
risk factors for, classical CJD. Withdrawals will be re-
quired only if a donor is diagnosed with nvCJD."”

Why are we bothering with notification? In addition to
the lack of direct evidence that CJD can be transmitted
through blood, there are no laboratory tests to determine
if a recalled blood product is actually contaminated with
the CJD agent or if the recipient has acquired the infec-
tion.”"* Furthermore, there are no prophylactic interven-
tions or treatments of benefit to the recipient and no pre-
cautions or lifestyle changes that could be recommended
to avoid possible spread to sexual contacts or to future off-
spring.' Since there are few, if any, tangible benefits for
the recipient in a CJD look-back program, many people
might prefer not to be burdened with this knowledge.
Perhaps health care professionals have overreacted in an
attempt to avoid being paternalistic and making decisions
about what patients should or should not be told.

A consensus conference held in Toronto in June 1996,
appropriately entitled “Decision-making in times of un-
certainty,” sought to resolve some of the difficult issues
related to CJD." A second conference, subtitled “Recall,
withdrawal, notification and recipient notification,” took
place in Ottawa on June 1 and 2 of this year.” The follow-
ing questions were among those raised at the 1998 con-
ference: Do patients want to be notified of possible expo-
sure to CJD? Is there a duty to notify? What is the
responsibility of the patient’s personal physician in this
dilemma? Among those offering some answers to these
questions was Dr. Susan King. In this issue (page 771)
King and her colleagues relate their experience with noti-
fying pediatric patients (or their parents) who had re-
ceived blood products that were subsequently recalled
(between July 1995 and February 1996) because of possi-
ble contamination with the CJD agent. Playing an impor-
tant role in their decision to notify individual recipients
was a group of parents of the children involved. Investiga-
tors at the Hospital for Sick Children in Toronto adminis-
tered a questionnaire to the families of the patients several
weeks after they received letters of notification from the
hospital. Eighty-one percent of the respondents said they
wanted to be notified of the possible risk of CJD, despite
initial reactions of anxiety, fear and anger. Over 50 per-
cent of respondents indicated that their current physician
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should be the one to give them the information or should
be involved with the notification process.

A similar experience with another CJD notification
program was presented at the Ottawa conference by Dr.
John Freedman.” Following an extensive decision-mak-
ing process at St. Michael’s Hospital in "Toronto, letters
were sent to the hospital’s attending “physician of
record” for each patient who had received the implicated
blood products, strongly recommending that he or she
inform the recipient of the possible risk of exposure to
CJD. When followed up the next year, about 80% of the
patients who had been contacted were grateful for the
notification; a number of them volunteered that they
would have preferred that the letter or other informa-
tion come from their family doctor.

The experience of these 2 Toronto hospitals, as well as
other presentations at the conference, left those in atten-
dance with the impression that most patients favoured be-
ing notified about possible exposure to CJD. But what
about the other recipients, approximately 20% of those
questioned? Among patients or their parents who have
been included in CJD look-back programs, opinion is
sharply divided on the merits of being notified, as Barbara
Sibbald describes on page 829 of this issue. For some, it
has been a very negative experience and, in the absence of
evidence of transmission of CJD through blood, is seen as
an injustice. However, even for the recipients who are
most insistent on and supportive of patient notification,
there may be a harmful outcome. Sibbald relates the con-
sternation of one Calgary physician, who was invited to a
meeting of the Canadian CJD Society, a local support
group that includes a number of recipients identified in
the 1995 recall of blood products. According to her arti-
cle, some members of the society seriously believe that
several of the recipients are already showing preliminary
clinical manifestations of CJD. These people almost cer-
tainly do not have early CJD but rather the problems of
waning intellectual, visual and locomotor capacity that of-
ten accompany the natural aging process. If this sad tale is
correct, other physicians will likely come to share the con-
cerns of the Calgary practitioner and to question the wis-
dom of notifying individual recipients.

Physicians may be divided on the notification issue, but
do they have a duty to inform their patients about possible
exposure to CJD? A follow-up study a year after St.
Michael’s Hospital launched its look-back program re-
vealed that nearly 29% of the attending physicians had
not notified their patients.”” Have these practitioners been
placed in an ethical and legal dilemma because they ne-
glected or deliberately chose not to notify their patients,
despite strong recommendations from the hospital to do
so? Although Freedman did not present an analysis of the
reasons why the physicians acted as they did, it seems rea-



sonable to assume that some may not have shared the
viewpoint, tinged perhaps by legal concerns, of the St.
Michael’s Hospital authorities who had ruled in favour of
individual recipient notification. Physicians who make a
conscientious decision not to inform their patients of the
theoretical risks of exposure to CJD through blood prod-
ucts have some respectable support for their stance. In a
scholarly article by clinicians, bioethicists and legal ex-
perts,' it was argued that individual notification is cur-
rently not justified.

If patients who have possibly been exposed to CJD
through blood products, as well as health care profession-
als, ethicists and lawyers, remain uncertain about the topics
discussed at the June 1998 CJD conference, how does in-
dustry view the debate? Apart from the major economic
impact of recalling millions of dollars’ worth of fraction-
ated blood products, a sizeable portion of the recent global
shortage of these vital therapeutic agents can be attributed
to the destruction of various plasma pools or recall of fin-
ished products by the fractionation industry after it learned
that a donor had been diagnosed with CJD or was at risk
for CJD.’ 'To assist in dealing with the complex challenges
faced by the industry, Canada’s largest supplier of fraction-
ated blood products, Bayer Inc., has established a scientific
and ethical advisory council of highly qualified individuals,
headed by Dr. Burleigh Trevor-Deutsch, a lawyer and
ethicist at the University of Ottawa. Among the first items
on its agenda, the advisory council is wrestling with con-
cerns about notification of recipients of blood products
that may have been contaminated with the CJD agent.
"Their recommendations on this thorny issue are expected
this fall and will apparently be open to public scrutiny.”

Whether or not the scientific and ethical advisory
council favours individual recipient notification, much of
the future burden of informing patients about the poten-
tial risks of exposure to CJD through blood products will
likely fall upon general practitioners. In both of the
Toronto hospital look-back studies mentioned above, re-
cipients expressed a preference for involving their own
doctor in the notification process. Although the 2 recipi-
ents interviewed by Sibbald had opposing viewpoints on
most aspects of the notification issue, they did agree that
general practitioners should be better informed about the
disease. Most physicians probably consider themselves in-
adequately prepared to deal with the complexities pre-
sented by CJD. There is a large task ahead to better edu-
cate health care professionals as well as the general public,
not only about CJD and the pros and cons of various no-
tification strategies, but also about the balance between
the benefits and other hazards of blood transfusion.*
"Trevor-Deutsch was challenged at the June 1998 confer-
ence to include, in the recommendations of the advisory
council, some provision for adequate financial and human
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resources to enable medical practitioners to fulfil what-
ever future role they may be called upon or choose to play
as the CJD saga unfolds.

In a publication dealing with various concerns related
to the safety of the blood supply, AuBuchon and col-
leagues” stated, “Although physicians must continue to
advocate the most effective care available for patients,
they must also keep decision makers abreast of the effects
of societal decisions that may have been made more on
the basis of fear and emotion than logically defined bene-
fits.” Canadian medical practitioners are already seeing
the effects of CJD look-back programs. Physicians can
have a major impact on public opinion and the shaping of
rational policies regarding CJD issues, but they must be
included early in the decision-making process and given
adequate resources and appropriate incentives to meet
this challenge. More specifically, physicians must be given
opportunities to attend continuing medical education
courses that deal with CJD and other blood safety con-
cerns. And they must be paid for the time they spend
counselling anxious patients and their families whose lives
may have been thrown into sudden turmoil through a de-
cision, wise or unwise, to alert them to the potential risks
of exposure to CJD through blood products. Only
through these measures can physicians fulfil their integral
role as both patient advocates and barometers of public
opinion.

Disclosure: Dr. Larke is employed on a contractual basis with
both Canadian Blood Services and Alberta Health.
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